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ABSTRACT:
Introduction: Supernumerary nipples are common anomalies which may be associated with several systemic 
disorders, particularly urinary tract abnormalities. Case report: Here we report a case of a 4½ year old male presenting 
to the pediatric out patient clinic with fever for three days and recurrent sinopulmonary infections. The child had 
supernumerary nipples over the right side with deformed thoracic cage, congenital scoliosis, diastematomyelia, 
crossed renal ectopia, and spina bifida. All the conditions present together did not match any syndrome reported till 
date. Conclusion: This was a rare syndrome and did not match fully with any known syndromes till date. This case 
warranted further investigation for its definite diagnosis but we do not have resources to that extent.
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INTRODUCTION:
Supernumerary nipples are common 
anomalies, and their significance is usually limited to 
cosmetic concerns.  However, they are susceptible to 
hormonal changes and may signify internal disease. A 
high index of suspicion should be maintained during 
physical examinations, because any disease process 
that involves anatomically normal breasts may affect 
aberrantly located breasts or nipples. These anomalies 
may be associated with several systemic disorders, 
particularly urinary tract abnormalities.1,2 There is a 
higher prevalence for the left side and male gender.3 
In addition, it has been shown that supernumerary 
nipples are also associated with several syndromes 
including a lethal type of popliteal pterygium 
syndrome,4 the Simpson-Golabi-Behmel syndrome,5 
and the Char syndrome.6 Becker nevus syndrome is 
also reported to be associated with supernumerary 
nipples.7 The association between supernumerary 
nipples, spina bifida, scoliosis and renal anomalies 
has been defined in many literatures.8,9
CASE REPORT: 
A 4½ year old male child presented to 
paediatrics out patient clinic with fever for three days 
and recurrent history of sinopulmonary infections. 
On general examination, he had supernumerary 
nipple at the right chest, along the nipple line 
with deformed thoracic cage and prominence over 
lumbosacral region. The child’s anthropometry were 
as follows: head circumference 48 cm (3rd – 15th 
percentile), weight 13 kg (< 3rd percentile), height 
81 cm (< 3rd percentile), Upper Segment (US): 37 
cm, Lower segment (LS): 44 cm and US:LS = 0.84. 
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There was no consanguinity between the parents. 
The father was 26 years old and the mother was 
22. The patient’s birth history were uneventful. He 
was the second child of the family, first  pregnancy 
was aborted at 1½ months period of gestation due 
to young age of mother, seven years back.  On 
physical examination, the child had normal facies, 
supernumerary nipple on the right side (Figure 
1), normal left nipple, scoliosis and lumbosacral 
prominence. Extremities were normal. Urogenital 
and rectal examinations were also normal. Chest 
radiology revealed deformation at the second, fourth 
and fifth ribs and agenesis of the third rib (Figure 
2).  Ultrasonogram of abdomen and pelvis revealed 
both kidneys towards the left side with other viscera 
within the normal location. Complete blood count, 
renal function test and liver function test were 
within normal limits. A karyotype of 46, XY was 
detected. Cardiac findings were normal  and so was 
the cranial MRI. MRI and CT images reveal crossed 
renal ectopia (Figure 3), lumbar spina bifida with 
lipomyelocele and diastematomyelia (Figure 4).
DISCUSSION:
 Solitary or multiple accessory nipples 
Figure 1: supernumerary nipple on the right side.
Figure 2: Chest radiology showing deformation at the second, 
fourth, and fifth rib and the scoliosis.
Figure 3: MRI image showing 
renal ectopia.
Figure 4: MRI image showing 
lumbar spina bifida with lipomy-
elocele and diastematomyelia.
may occur in a unilateral or bilateral distribution 
along a line from the anterior axillary fold to the 
inguinal area. More common among African-
American (3.5%) than white (0.6%) children. 
Renal or urinary tract anomalies and hematologic 
abnormalities may rarely occur in children.10 Several 
syndromes are reported that are associated with 
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supernumerary nipples.4-7 It was not an autosomal 
dominant inheritance since none of the parents 
had similar anomalies. Supernumerary nipples 
was not an isolated entity as it was associated with 
other anomalies too. Supernumerary nipples and 
associated renal anomalies also has been identified 
in many literatures.8,11,12 
CONCLUSION: 
 This was a rare syndrome and did not 
match completely with any known syndromes. This 
case warrants further investigation for its definite 
diagnosis but we do not have resources to that extent.
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